Abstract A 28 year old West Indian patient is described who had a relapsing and remitting steroid-sensitive illness for 3 years. The clinical features included uveitis and widespread CNS involvement. The patient was treated as though he had neurosarcoidosis. Post mortem examination revealed histological changes compatible with a diagnosis of Behq:et's disease, but at no time did he suffer from oral or genital ulceration or arthritis.
.40), but his visual acuity was 6/9 on the left and 6/12 on the right, with bilateral uveitis, new vessel formation at the posterior poles, but no papilloedema. His left pupil was larger than the right, and there was a mild left ptosis. He had a right upper motor neuron facial weakness, and a mild right hemiparesis. There was truncal and limb ataxia, more marked on the right. Reflexes were brisk, more so on the right, and both plantar responses were equivocal. Sensory examination was normal.
The full blood count, urea, electrolytes, glucose and liver function tests were normal but the ESR was raised at 46 and later 62 mm/hr. Serum angiotensin converting enzyme was normal (31 units/l), as were his immunoglobulins, chest and sinus x rays. A Mantoux test at 1 in 10 000 was negative. An initial CSF contained 143 red cells, and 16 white cells (mostly neutrophils)/mL, protein 0-3 g/l, and glucose of 2-9 mMol/Il (blood 5-6). Viral and fungal screens were negative, as were oligoclonal bands. A second CSF showed 5 red cells and 45 white cells (75% lymphocytes)/mL, protein 0-2 g/l, and normal glucose.
Whilst in hospital, he became drowsy and dysarthric. He developed a complete left third nerve palsy, a depressed gag reflex and slowed tongue movements. Two CT scans were performed four days apart, and both were normal. The differential diagnosis of sarcoidosis and tuberculosis could not be settled, and he was treated for both with 80 mg prednisolone/day, and triple anti-tuberculous therapy.
On this medication he improved and was discharged. In outpatients his steroids were reduced to 40 mg/day, and his uveitis was quiescent in September 1989. In October 1989, however, he developed increasing somnolence. Rather than increase his steroids, he was started on azathioprine, 150 mg/day. A MRI scan was performed which showed a lesion deep in the right hemisphere at the posterior end of the internal capsule and adjacent thalamus.
He remained stable until January 1990 when he developed increasing drowsiness and blurred vision. Examination at this point showed that his mild right-sided facial weakness and right hemiparesis had returned. A lumbar puncture showed 12 red cells, 1 white cell/ml and a protein 0-2 g/l. A repeat MRI scan again showed the lesion in the right thalamus and internal capsule extending down to the midbrain, but it had clearly enlarged since remissions dependent on his steroid dose. When the prednisolone dose was lowered to below 25 mg/day (deliberately, or, on one occasion, due to non-compliance), his symptoms would relapse. On increasing the steroids to approximately 100 mg/day, they would once again remit.
He was readmitted on 9 April 1991, with a two week history of dysarthria, somnolence, urinary incontinence, and chest pain. The (fig 2) . Both internal capsules showed irregular, discoloured lesions, and there were also mottled areas in the midbrain and pons. The cerebellum and spinal cord were macroscopically normal.
MICROSCOPIC FINDINGS
The main histological feature was the presence of multiple small, necrotic lesions affecting both grey and white matter (fig 3) . These were more prominent in the deep grey nuclei and brain stem. Both right and left thalami, pallida and putamina were affected. The lesion in the right thalamus extended to the internal capsule and pallidum, and was to some extent cavitated with severe astrocytic gliosis and macrophages replacing the neuropil. There were cuffs of inflammatory cells, mainly lymphocytes, around blood vessels.
There was no vessel wall necrosis or evidence of inflammatory cells invading it. No granulomas were present. The lesion involving the left internal capsule and adjacent grey nuclei was less prominent but included some small necrotic areas (see fig 3) .
The lesions extended to the midbrain where the inflammatory changes around Neuro-Behket's disease without ulcers We thank Dr R Ross Russell for helpful comments on the manuscript.
